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Abstract

In this article presented a 42-year-old patient who underwent multiple operations for
locally aggressive dermatofibrosarcoma protuberance of the face at the Maxillofacial
Surgery Clinic of the Military Medical Academy in Belgrade. A patient with an extreme-
ly aggressive form of dermatofibrosarcoma protuberance of the middle third of the face
who was operated on seven times in two years is presented. He was operated four times
for an extremely large tumor (size about 200x120cm), which first grew to that size with-
in just one month and recurred within a short period of time after each operation.
Dermatofibrosarcoma protuberans is a locally aggressive tumor and can have a rapid and
destructive course, which generally has no metastatic potential, and surgical treatment is
considered the best modality of treatment. Due to the pronounced local aggressive
behavior, this form of tumor can often be completely removed surgically. That is why a
wide local excision with margins of 3-5 cm towards healthy tissue is suggested today, as
well as resection of deep structures, including bone. In patients with recurrent tumors,
the best result that can contribute to successful surgical treatment involves wide resec-
tion margins of soft and bone tissues, regardless of functional and aesthetic conse-
quences.

INTRODUCTION

for less than 5% of adult soft tissue sarcomas and less than

Dermatofibroma is universally held to be a benign
tumor. Dermatofibrosarcoma protuberans (DFSP) belongs
to the group of fibrohistiocytic tumors. It’s indolent, low-
grade sarcoma that grows in an infiltrative fashion, present-
ed as asymptomatic cutaneous nodule in middle adult life 3
with a marked tendency for local recurrence, but it rarely
metastasizes!-2. Dermatofibrosarcoma protuberans accounts
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1% of all malignant tumors of the head and neck 4. It domi-
nantly arises on the skin of the trunk (50-60%), proximal
extremities (20-30%) and the head and neck (10-15%)53-.
So, 90% or more of DFSP a characterized with translocation
between chromosomes 17 et 20 -8, Because of its seemingly
benign appearance, misleading surgeons and patients, treat-
ment frequently is delayed and/or inadequate and in the 50%
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of cases it may exceed 10 years from the first signs of illness
till first resectiond:9. DFSP represents about 5% of head and
neck sarcomas and because of that it’s usually underscored>-
9. Treatment for DFSP is surgical resection. Standard wide
excision with a width of 1 cm around the primary tumor
would have left microscopic residual tumor in 70.7%; a
width of 2 cm, 39.7%; 3 cm, 15.5%; and 5 cm, 5.2%, even
more, in some cases tumors were not completely removed
with 10 cm margins!-8-11, Microscopic exam shows multiple
finger-like projections of neoplastic cells on the tumor’s
periphery that can spread laterally or deeply into underlying
fascia and muscle even 3 cm from the main tumor!2-14, This
is the reason why most surgeons recommend wide excision
with more than 3 cm grossly uninvolved margin of skin and
underlying deep fascialS. This work presents a case of der-
matofibrosarcoma protuberans of the cheek, three years after
initial excision of dermatofibroma.

CASE REPORT

A 42-years-old man noticed discreet, painless left cheek
soft tissue lesion in December 2001, about 1 ¢m in diameter.
Lesion was smooth, elastic and painless, well diferentiated
from the surrounding tissue with no alteration in skin colour.
Lesion has been fixated for the skin and movable in regard
to the underlying tissue. He underwent surgical excision and
defect was primary closed. First pathohistological result

Figure 1. Before operation in
September 2006.

Figure 2. After operation in
September 2006.

Figure 4. Afier operation in January 2007.
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Figure 5. Surgical specimen afier operation

indicated that lesion was dermatofibroma. Three years later,
in June 2004, he was operated because of the recurrence at
the site of excision and pathohistological result indicated
dermatofibrosarcoma protuberans. In the same month, in the
Clinic for Maxillofacial Surgery of Military Medical
Academy in Belgrade, patient underwent excision of sur-
rounding tissue, partial resection of left maxillary bone and
nasal bones on the same side and the defect have been recon-
structed with local flaps. Pathohistological examination was
the same as the last one. In the November 2005 wide surgi-
cal excision was performed on the left and right chek and
superior lip. Pathohistological examination was the same as
the last one. In March 2006 he was operated beacause of
residual tumor on the left side of the face. In the September
2006 (Figure 1), huge residual tumor, spreading from the
midface on the right side and penetrating right orbit, was the
reason for the exenteration of the right orbit and complete
resection of right maxillary bone and partial resection of left
maxillary bone without reconstruction (Figure 2). Percuta-
neous endoscopic gastrostomy has been used beacause the
patient was unable to feed himself normaly. Pathohi-
stological examination was the same. Because of rapidly
growing tumor, that achieved size of the patient head during
three months (Figure 3), tracheotomy and palliative surgery
was performed in January 2007 with no reconstruction and
the defect involved midface, right orbit and perimandibular

e
Figure 6. Before operation
in February 2007. in January 2007.
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region on the both sides (Figure 4 and 5). Tumor had invol-
ved all structures of the facial bones, left eye, not penetrating
into the cranium, without local or distant metastasis. Only
one month after that patient underwent another paliative sur-
gery with the tumor involving frontal region, midface, peri-
mandibular region, leaving only the toungue intact (Figure
6). It was even more bigger than the last time.

DISCUSSION

DFSP represents less then 5% of all sarcomas and laess
than 1% of all malignant tumors of the head and neck.!-3 10-
15% of all DFSP have benn reported in head and neck
region.6 We presume that eaven at the time of the first exci-
sion the pathohistological result was DFSP and not dermato-
fibroma because it is well known that is difficult to distin-
guish these two entities but the main difference is in presen-
ce of irregular, interwoven fibrocellular fascicles composed
of uniform spindle-sharped cells and variable amounts of
collagen, which produced a storiform appearance.*12

DFSP is unusual, slow growing, painless sarcoma with
low grade malignancy arising in dermis and subcutaneous
tissue presented as cutaneous nodule. It is localy very
aggressive but it rarely metastasizes.!-> Also, rapidly growth
and aggressive behavior of this tumor in a last few month
could be associated with amplification of fibrosarcomatic
portion. The most significant factor that predicts outcome
for DFSP is extent of resection. Wide resection is not always
tenable, particularly on the face, where an extensive resec-
tion may entail significant functional and/or cosmetic defi-
cit. That is the reason because of which local recurrence rate
is higher in head and neck region. Adequate initial resection
is important because multiple local recurrences predispose
to distant disease spread. Overall 5-year survival rates after
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adequate surgical excision are 93% to 100%. Minimum
gross resection margin that ensure local control is undefined,
but many authorities would agree that a margin of normal
tissue 3-5 cm from gross tumor boundary including skin,
subcutaneus fat and underlying fascia must be achieved to
ensure adequate excision.12-14 To optimize local control of
DFSP, some physician applied Mohs micrographic surgery
to treat DFSP but this technique adequate for large and
recurrent tumors that are very aggressivelS.

CONCLUSION

DFSP is rare tumor in head and neck region, it is asymp-
tomatic and it rarely metastasizes. Overall survival after ade-
quate surgical excision is excellent. Deep lesions requires
precise microscopic examine of resection margins. In our
opinion it is necessary to see amount of fibrosarcomatic
portion in tumor. Minimum resection margin must be 3-5
cm or more. Resection of deep structures in recurent tumors
that assure successful surgical treatment must include and
bone structures regardless of cosmetic and functional
defects. Often controls for many years are necessary.
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Sazetak

U radu je prikazan 42- godisnji pacijent koji je u viSe navrata operisao lokalno agresivni
dermatofibrosarkoma protuberans lica u Klinici za Maksilofacijalnu hirurgiju
Vojnomedicinske akademija u Beogradu. Prikazan je pacijent sa izuzetno agresivnim obli-
kom dermatofibrosarkoma protuberans srednje trecine lica koji je operisan sedam puta u
dve godine. Cetiri puta je operisan zbog izuzetno velikog tumora (veli¢ine oko
200x120cm), koji je prvi put nastao do te veli¢ine u roku od samo mesec dana i isti se
ponovo javio u kratkom vremenskom periodu nakon svake operacije. Dermatofibrosarkom
protuberans je lokalno agresivan tumor i moze imati brz i destruktivan tok, koji uglavnom
nema metastatski potencijal te se hirurSko lecenje smatra najboljim modalitetom lecenja.
Zbog izrazenog lokalno agresivnog ponasanja ¢esto se ovaj oblik tumora moze hirurski u
celosti ukloniti. Zato se danas predlaze Siroka lokalna ekscizija sa marginama od 3-5 cm
prema zdravom tkivu, kao i resekcija dubokih struktura, ukljuéujuci i kost. Kod pacijenata
sa rekurentnim tumorom najbolji rezulat koji moze doprineti uspesnom hirur§kom lecenju
podrazumeva Siroke margine resekcije mekih i kostanih tkiva bez obzira na funkcionalne

i estetske posledice

Brki¢ M. et al. @ MD-Medical Data 2025;17(3): 175-178




178

LITERATURA

1. Gerardo A V, AnnY L, Russell S B.
Dermatofibrosarcoma protuberans: What is this?
Surg Clin North Am 2022 ;102(4):657-665.
doi: 10.1016/j.suc.2022.05.004

2. Taylor HB, Helwig EB.
Dermatofibrosarcoma protuberans: a study of
115 cases. Cancer 1962;15:717-25.

3. Mooney M, Parry E. Mohs Micrographic
Surgery. February 21, 2007. Available at:
http://www.emedicine.com/derm/topic542.htm;
updated Jul 11, 2024

4. Gilbert MM, Mathes SC, Mahajan AS,
Rohan CA, Travers JB, Thyagarajan A. The role
of sirtuins in dermal fibroblast function. Front
Med (Lausanne). 2023; 13;10:1021908. doi:
10.3389/fmed.2023.1021908.

5. Llombart B, Serra C, Requena C, Alsina
M, Morgado-Carrasco D, Través V. et al. guide-
lines for diagnosis and treatment of cutaneous
sarcomas: dermatofibrosarcoma protuberans.
Actas Dermosifiliogr (Engl Ed).
2018;109(10):868-877. doi:
10.1016/j.ad.2018.05.006.

MD MEDICAL DATA / Vol. 17 NO 3 / Septembar-Decembar 2025.

6. Figueredo MTA, Marques LA, Campos-
Filho N. Soft tissue sarcomas of the head and
neck in adults and children: experience at a sin-
gle institution and a review of the literature. Int J
Cancer 1988;42:198 —200

7. Crnari¢ I, Situm M, Dela§ Azdaji¢ M,
Vuci¢ M, Buljan M. from morphea to dermatofi-
brosarcoma protuberans. Acta Dermatovenerol
Croat. 2022;30(2):113-115

8. Farhood Al, Hajdu SI, Shiu MH, Strong
EW. Soft tissue sarcomas of the head and neck
in adults. Am J Surg 1990;160:365-9.

9. Gloster HM. Dermatofibrosarcoma protu-
berans. ] Am Acad Dermatol 1996;35:355-74

10. Kaya G. New molecular approaches in
dermatofibrosarcoma protuberans. Rev Med
Suisse. 2009:15;5(211):1519-24.

11. Aurubin CA, Decosma L, Sokumbi O,
Garrett AP, Prier CC. Hiding in the Folds: Case
Report Highlighting the Role of Imaging in
Detecting Dermatofibrosarcoma Protuberans. J
Prim Care Community Health.
2025;16:21501319251314855. doi:
10.1177/21501319251314855.

B The paper was received / Rad primljen 07.08.2025.
Accepted / Rad prihvacen: 13.08.2025.

12. Bouraqqadi O, Elloudi S, Hammas N,
Boubekri N, Mernissi F. Rapidly evolving cervi-
cal dermatofibrosarcoma protuberans with deep
muscle infiltration: A rare and aggressive pres-
entation. Cureus. 2025; 22:17(5):e84596. doi:
10.7759/cureus.84596.

13. Burkhardt BR, Soule EH, Winkelmann
RK, Ivans JC. Dermatofibrosarcoma protuber-
ans: study of 56 cases. Am J Surg
1966;111:638-44.

14. Xiong JX, Cai T, Hu L, Chen XL,
Huang K, Chen AJ, Wang P. Risk factors related
to postoperative recurrence of dermatofibrosar-
coma protuberans: A retrospective study and lit-
erature review. World J Clin Cases. 2021;
16;9(20):5442-5452. doi:
10.12998/wjcc.v9.i20.5442

15. Zhou BJ, Zhong HY, Chen Y, Wang Q,
Wang M, Zou ML, Yuan SM. Aesthetic recon-
struction of secondary wounds after
extended resection of dermatofibrosarcoma pro-
tuberans: a retrospective study in one center. J
Cosmet Dermatol. 2025;24(5):¢70217. doi:
10.1111/jocd.70217

Prikaz slucaja/ Case report



